separately in 1972. While this condition is well known and often cited in the pathology literature, otolaryngologists' familiarity with it appears to be limited.
Most cases of KFD occur in patients younger than 30 years, and there is a female preponderance.' KFD typically presents as an enlarged, painless, unilateral cervical lymphadenopathy that most commonly involves the posterior triangle and jugular chain; most affected lymph nodes are sma ller than 2 em .' Common presenting symptoms are headache, low -grade fever, and fatigue ; rash is a less common sign. Laboratory abnormalities include leukopenia, an elevated C-reactive protein level, and an elevated erythrocyte sedimentation rate.' A definitive diagnosis of KFD can be made only by histopathologic examination of an excised lymph node.
While the differential diagnosis includes several non-neoplastic conditions-systemic lupus erythematosus (SLE), toxoplasmic lymphadenitis, infectious mononucleosis, tuberculosis, and cat-scratch disease-the main diagnostic difficulty lies in distinguishing KFD from SLE and non-Hodgkin lymphoma, both of which feature characteristics that overlap with those found in KFD:
• The lymph nodes in KFD exhibit a proliferative and/or necrotizing process that is often centered in the paracortex. This process is characterized by patchy, circumscribed or confluent areas of necrosis that are associated with karyorrhexis (figure 1). Plasmacytoid monocytes and plasmacytoid T cells are commonly found, but there typically is an absence of granulocytes and a paucity of plasma cells and granulomas. Coagulative necrosis and an abundance of histiocytes can often be seen in KFD. 5 ,6 • In SLE, the enlarged lymph nodes may also contain areas of necrosis and karyorrhexis, but they typically show follicular hyperplasia with an abundance covery," Most authors recommend supportive therapy un less the case is complicated or coincides with SLE. In those cases, addition of a corticosteroid agent may be helpfu l. 3 Our review of the English-la nguage literature revealed 10 reported fatalities involving 9 adults and 1 pediatric patient. Of the 9 adults , 2 died of heart failure during the active phase of disease, another developed a severe lupus-like syndrome, and another had KFD with a polymyositis affecting the lungs . One patient died of pulmonary hemorrhage with no other indentified etiology besides KFD. One patient was pregnant and developed coagulopathy and multiorgan failure . Three patients developed KFD after transplantation and died of respiratory complications most likely unrelated to KFD. A 19-month-old child died during the active phase of the disease.v-" The recurrence rate is low-around 3 to 4%. 3 The association of KFD and SLE indicates a need for long -term follow-up to look for the development of SLE.
. .
In difficult cases in which immunohistochemistry is not helpful, gene rearrangement studies for T and B cells can be an important diagno stic tool. Th is rearrangement is monoclonal in neoplastic disease and polyclonal in reactive conditions such as KFD. 7 KFD is a self-limited disease with a benign cours e. In most patients, the affected lymphadenopathy resolves in 1to 6 months.' Excision al biops y typically hastens re-of granulocytes and plasma cells." The process in KFD is associated with a proliferation of mitotically active, large blastic cells mad e up of a mixture of T lymphocytes and a heterogeneous population of histiocytes.
• In non-Hodgkin lymphoma, it is the blastic cells that can lead to confusion with KFD.s However, the lymphoma typically features cytologic atypia and monomorphic cells." Immunohistochemical stains are helpful in distinguishing KFD from lymphoma. The large cells are negative for CD3 and CD20 , which excludes the possibility of lymphoma, and they are positive for CD68 (histiocytic marker), which points to their histiocytic nature (figure 2). 
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